Ear fetal rhabdomyoma
Lester D.R. Thompson, MD Rhabdomyomas are a group of benign tumors that show skeletal muscle differentiation. They are divided into cardiac and extracardiac types, with the extracardiac type divided into adult, fetal, and genital types. The fetal type is separated into myxoid and intermediate types. There is a predominance in the head and neck of both the fetal and adult types. The fetal type is commonly seen in newborns and early childhood, with a moderate male predominance (2:1).
The soft tissues of the orbit, ear, and oral cavity are the most frequent sites of involvement, although adult-type rhabdomyomas are more common in the parapharyngeal and laryngeal spaces. Patients present with painless, nontender soft-tissue masses, with multifocality seen in about 15% of patients. Rare association with nevoid basal cell carcinoma syndrome is reported. Recurrences are uncommon after complete excision.
The tumors are usually well delimited, but not truly encapsulated (figure 1). The fetal type shows a haphazard mixture of round to spindled mesenchymal cells showing myofibrils. The cells show a gradient of maturation toward the periphery (figure 1), with an associated myxoid mucopolysaccharide matrix. Strap cells with eosinophilic cytoplasm and rare cross-striations may be seen. The nuclei are uniform with absent pleomorphism. Increased mitoses are not seen.
The intermediate type tends to have a greater number of cells with skeletal muscle differentiation, sometimes with ganglion-cell-like rhabdomyoblasts. It is important to note that the cells are reactive with desmin ( figure  2) , myoglobin, myogenin, Myo-D1, and smooth muscle actin; they occasionally express focal S-100 protein and glial fibrillary acidic protein. PTCH1 gene abnormalities are noted in some cases.
The differential diagnosis includes rhabdomyosarcoma, nodular fasciitis, paraganglioma, granular cell tumor, myoepithelioma, ectomesenchymal chondromyxoid tumor, and aural polyp. There is no pleomorphism, no increased mitosis, and no necrosis in this field. Right: A strong desmin reaction is seen in the cytoplasm of the primitive cells.
